INTRODUCTION
============

Soft tissue sarcomas are a heterogeneous group of neoplasia, with over 50 histological subtypes, which correspond to 1% of all solid tumors.^[@r1]^ Liposarcomas were initially described by Virchow in 1857 and are considered to be the most common subtype, representing 17-25% of all sarcomas.^[@r2]^

Their incidence peaks during the sixth and seventh decades of life, with equal prevalence for men and women, except when they affect the inguinal area, where they are more common in male patients. The deep muscle tissue of extremities (especially thighs) is where 75% of the cases develop, whereas 20% of the cases develop in the retroperitoneum. The remaining cases are divided into inguinal area, spermatic cord, and other areas. Cases in the subcutaneous tissues are rare.^[@r3]^

Nowadays, the World Health Organization recognizes five histological sub-types of liposarcoma: well differentiated or atypical lipoma, undifferentiated, myxoid, round cells, and pleomorphic.^[@r4]^ This histological differentiation is important, as it determines the prognosis and guides the treatment.^[@r5]^

The purpose of this article is to report a rare case of atypical lipoma in the gluteal region of a young patient, as well as to review the literature.

CASE REPORT
===========

A 30-year-old, male patient, born and residing in São Paulo, phototype 5, was referred to the Dermatology Department due to the presence of a tumor in the left gluteal region for the previous year. The examination revealed a soft, multilobed tumor, measuring 17 cm, with ulceration ([Figure 1](#f1){ref-type="fig"}).

Figure 1Soft, ulcerated tumor on the left buttock

A fusiform incisional biopsy was performed, whose anatomopathological examination a fibrolipoma. Due to its large size, the tumor was excised, and reconstruction was done with primary suture and approximation of the edges, whereas the central area was left for second intention healing ([Figure 2](#f2){ref-type="fig"}). The patient was instructed to change the dressing daily, applying a powder containing magnesium silicate, zinc oxide, thymol iodide, and bismuth subgallate, and closing with gauze and micropore tape.

Figure 2Immediately after surgery

After carefully analyzing the surgical piece, the anatomopathological examination revealed an atypical lipomatous neoplasm ([Figures 3](#f3){ref-type="fig"} and [4](#f4){ref-type="fig"}). Currently, two months after surgery, the patient has been monitored on a monthly basis, and has exhibited good healing ([Figure 5](#f5){ref-type="fig"}).

Figure 3Adipocytes of different sizes, some more globose than others (Hematoxylin & eosin, X40)

Figure 4In some adipocytes, intranuclear pseudoinclusions are detected (arrow) (Hematoxylin & eosin, X400)

Figure 5Four months after surgery

DISCUSSION
==========

Liposarcomas correspond to a group of lipomatous neoplasms that vary from well-differentiated forms, with low potential for distant metastasis, to undifferentiated and pleomorphic, which are more aggressive and present a worse prognosis ([Table 1](#t1){ref-type="table"}). ^[@r6]^

###### 

Liposarcoma classification

                           Clinical                                                                                                            Image (CT/NRM)                                                                             Anatomopatho­logical                                                                                    Molecular characteristics                    Global survival rate   Relapse rate / Metastasis rate
  ------------------------ ------------------------------------------------------------------------------------------------------------------- ------------------------------------------------------------------------------------------ ------------------------------------------------------------------------------------------------------- -------------------------------------------- ---------------------- -----------------------------------------------------------------------------
  Atypical lipoma          Painless, soft tu­mor. Slow growth. Most common locations: extremi­ties and retroper­itoneum. Most common subtype   Encapsulated lipomatous mass (hyperintense in T1 and in T2 in NMR) with thick septations   Proliferation of mature adipocytes, with size variation, focal nuclear atyp­ia, and/or fusiform cells   Amplification of MDM-2 and CDK-4             76-93%                 \(R\) - 13-46% (extremities) (R) - 91% (retroperitone­um) (M) - almost zero
  Undifferentiated LPS     May result from an atypical lipoma (10%). More frequent in retroperitoneum and extremities                          Loss of signal in­tensity in images in T1 and focal nodules (\>1 cm is suggestive)         Abrupt transition between mature adipocytes and high degree non-li­pogenic sarcoma areas                Amplification of MDM-2 and CDK-4             54-64%                 \(R\) - 18-57% (M) - 13-47%
  Myxoid/ round cell LPS   Tumors more common in lower limbs. Affects young adults more frequently                                             Hypointensity of the signal in T1, and hyperin­tensity in T2 are pathognomonic             Predominance of round cell myxoid stroma. There is vascular system of thin walls (plexi­form pattern)   FUS-CHOP gene fusion. Mutations PI3K (20%)   40-75%                 \(R\) - 7-28% (M) - 10-58%
  Pleomorphic LPS          Rapid growth tumor. More frequent in old people and on extremities                                                  Nonspecific mass, with frequent necrosis and hem­orrhage necrosis                          Intense cell atypia, irregular lipoblast. Hyperchromatic nuclei                                         Complex structural rearrangements            0-63%                  \(R\) - 16-45% (M) - 32-44%

Abbreviations: LPS=Liposarcoma; CT= Computed tomography; NMR= Nuclear magnetic resonance; RT=Radiotherapy

Well-differentiated liposarcomas (WDL) or atypical lipomas (AL) represent 40-45% of all liposarcomas, corresponding to the most common subgroup. The current recommendation is to call them atypical lipomas (when they affect surface tissues) or atypical lipomatous neoplasms (when they affect the deeper tissues). However, the terms are still used as synonyms, since, depending on the location (such as retroperitoneum or mediastinum), the term liposarcoma is more appropriate.^[@r7]^ AL appears as a slow-growth, asymptomatic tumor. It is locally aggressive, but rarely leads to distant metastasis. The most common locations are extremities and retroperitoneum. The retroperitoneal forms do not metastasize either, unless they progress to undifferentiated forms.^[@r8]^

The pathogenesis is related to chromosomal aberrations. In WDL, giant markers and ring chromosomes are found in cytogenetic studies. These \"neochromosomes\" contain the amplification of oncogenes MDM-2 and CDK-4 from the 12q 13-15 chromosome region. These oncogenes are responsible for regulating the cell cycle, leading to the disordered proliferation of atypical cells.^[@r5],[@r8],[@r9]^

The diagnosis is based on image and histopathological examinations. Examinations such as computed tomography (CT) and magnetic resonance (NMR) may be performed before the biopsy. An NMR with or without contrast is usually recommended for lesions on extremities, and thorax, abdomen, and pelvic CT for patients with retroperitoneal/abdominal lesions. Atypical lipomas appear as lipomatous masses, encapsulated with internal septations, and may exhibit focal nodes. When these nodes are not lipogenic, and are larger than 1 cm, the presence of an undifferentiated area is suggested. This, therefore, will be the preferred site for a biopsy. ^[@r8].[@r10]^

The pathological examination reveals the proliferation of mature adipocytes, exhibiting cell size variation, focal nuclear atypia and/or fusiform cells. The presence of lipoblasts is not essential. Finding hyperchromatic stromal cells among the fibrous septa is an important clue for diagnosis. This finding, along with immunohistochemistry (positive for markers MDM-2 and CDK-4), helps to differentiate benign lipomas. The anatomopathological examination enables one to sub-classify the WDL into four types: lipoma-like, sclerosing, inflammatory, and fusiform cells.^[@r9],[@r10]^ The main histopathological and differential diagnosis for AL are: benign lipomas, fatty atrophy, reaction to silicone, diffuse lipomatosis, angiolipoma, and lipomatous hemangiopericytoma.^[@r3]^

The histological subtype and the location are the main prognostic factors. Survival of the WDL located on the torso and on the extremities is 95%, compared to the 70% undifferentiated with the same location. Survival of WDL in the retroperitoneum is 70%. Relapse rates are also higher for retroperitoneal tumors (91%) in comparison to those on the extremities (43%).^[@r8]^

Complete surgical removal of atypical lipomas is the prime treatment. If the surgical margins are impaired, the expectant treatment may be chosen, especially in cases when amplification may lead to patient morbidity. The WDL should not be subjected to radiotherapy, as they are not radiosensitive and have a very low risk of metastasis. Intermediate or high degree LPS require excision of at least 10 mm of margin. If the surgical margins are necessarily small, adjuvant, or neoadjuvant, radiotherapy may be chosen. This therapy lowers relapse rates but does not alter the global survival of the disease.^[@r8],[@r10]^ Performing adjuvant/neoadjuvant chemotherapy on well-differentiated liposarcomas and on undifferentiated liposarcomas is still controversial.^[@r10]^

In short, this work presents a literature review and a rare case of exuberant well-differentiated liposarcoma on a young patient, in order to offer medical advice in relation to the diagnosis of this neoplasm, which is similar to benign lipomas and angiolipomas, tumors that are very frequently present in a dermatologist\'s routine.
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